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Yellow nail syndrome and xanthogranulomatous
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Summary
We report a case of a 74-year-old woman
exhibiting the yellow nail syndrome in
association with ipsilateral xantho-
granulomatous pyelonephritis. Nephrec-
tomy resulted in complete resolution of
the pleural effusion and slow improve-
ment of the yellow nails. This report calls
attention to the renal-related pleural
effusion, and to the thorough investiga-
tion needed for the yellow nail syndrome.
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Introduction

The yellow nail syndrome is a combination of
yellow discoloured nails, lymphoedema and a
pleuro-pulmonary disorder, mainly pleural
effusion. Most cases reported are idiopathic
and the prognosis is benign. However, the
syndrome has been described in association
with malignancy' and various other disorders,
necessitating a thorough evaluation. Whenever
an obvious cause for pleural effusion is not
discernible after initial evaluation, a renal
aetiology should also be considered.2 We
report, for the first time to the best of our
knowledge, a case of yellow nail syndrome
associated with ipsilateral xanthogranu-
lomatous pyelonephritis.

Case report

A 74-year old woman was admitted for evalua-
tion ofunremitting left-sided exudative pleural
and pericardial effusion. A definite aetiology
had not been found during extensive evalua-
tions over 18 months, including pleural and
pericardial biopsies and repeated cultures for
tuberculosis. The effusion did not resolve des-
pite recurrent pleurocenteses. Non-insulin
dependent diabetes and hypertension had been
present for years and she was treated with
metformin, clonidine and nifedipine, respec-
tively. On examination vital signs were normal.
Examination of the chest revealed dullness on
percussion, with decreased fremitus and
breathing sounds in the lower half of the left
lung. Heart sounds were diminished. Yellow
nails, and 4 mm pitting oedema over the lower
limbs were present. No other physical findings
were found. On urinalysis multiple leukocytes
and Gram-negative rods were seen. Urine

culture grew Proteus mirabilis (20 000 colonies/
ml). Erythrocyte sedimentation rate was
120 mm in the first hour. Haemoglobin, 11.2 g/
dl with mean corpuscular volume 77 fl, white
blood cell count 15.5x 109/l and 511 x 109/1
platelets. Biochemistry was normal. Chest X-
ray showed a large left-sided pleural effusion
and mild enlargement of the cardiac silhouette.
Protein content of the pleural fluid was 49 g/l,
with a high lactate dehydrogenase level of
2609 U (normal 300-620 U). Large numbers
of polymorphonucleocytes were present, but
no bacteria or malignant cells were seen.
Repeated bacterial cultures were negative.
Computed tomographic (CT) scan of the chest
demonstrated a left-sided pleural effusion, with
no pulmonary pathology. An echocardiogram
showed a small amount of pericardial effusion
with no evidence of tamponade. On CT scan of
the abdomen (figure) a large hydronephric left
kidney with staghorn calculus, and paranephric
abscesses invading peri-renal structures were
found. An intravenous pyelogram showed no
secretion from the left kidney. The patient was
referred for nephrectomy. Microscopical
examination of the kidney revealed chronic
pyelonephritis with abscess formation and
palisading granuloma with numerous foam
cells, features of xanthogranulomatous
pyelonephritis. Following surgery prompt
resolution ofthe pleural effusion was seen. Five
months after the operation an obvious decrease
in yellow colour of the nails was also observed.

Figure Axial computed tomography of the abdomen
demonstrating a large hydronephric left kidney with
stones and abscesses invading extra-renal structures
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Discussion

Yellow nail syndrome, was first described in
1964 by Samman and White,3 consists of the
triad yellow discoloured nails, lymphoedema,
and pleural effusion. The pleural effusion is
usually exudative, either idiopathic or secon-
dary to infection, or chylothorax. Other kinds
of respiratory involvement have been reported
in conjunction with yellow nails.4 Disap-
pearance of the yellow discolouration has been
noted either spontaneously or following resolu-
tion of the pulmonary disease.'6 In most cases
of yellow nail syndrome reported up to now no
extramediastinal aetiology has been described.
The pathogenic mechanism underlying the

yellow nail syndrome has not been defined.
Abnormality of lymphatic vessels was sug-
gested as the cause ofthe syndrome by Samman
and White in their original description of the
syndrome.3 The theory is supported by lym-
phangiographic findings which in most
patients showed few, hypoplastic or dilated,
deficient lymphatics.I Electron microscopy in
two cases1 7 noted dilated but otherwise normal
lymphatics.
The association of renal infection with

ipsilateral pleural effusion was previously des-
cribed.89 Of interest is a special variant of
chronic urinary infection, xanthogranulo-
matous pyelonephritis, which is a destructive
inflammatory process accompanied by
pyelonephritis that may be complicated by
fistula formation connecting the adjacent des-
troyed kidney and the pleural space.'0"' The
diagnosis of xanthogranulomatous pyeloneph-
ritis is mainly histologic, and was supported by
radiological findings in the above case.

Yellow nail syndrome: features

* yellow nails
* pleuropulmonary symptoms (pleural effusion,

chronic bronchitis, bronchiectasis,
pneumonia, tuberculosis, sinusitis)

* lymphoedema

Yellow nail syndrome: associations

* malignant disease (malignant melanoma,
carcinoma of the larynx, lung and breast,
Waldenstrom's macroglobulinaemia,
Hodgkin's lymphoma)

* thyroid disease (Hashimoto's thyroiditis,
hypothyroidism, thyrotoxicosis)

* hypogammaglobulinaemia
* rheumatoid arthritis
* recurrent erysipelas

In our patient reported above the correct
diagnosis was not easily achieved. However,
when chronic pyelonephritis and perinephric
abscesses were discovered, surgery resulted in
prompt resolution of the pleural effusion fol-
lowed by slow resolution of the yellow dis-
colouration of the nails.

In summary, we report a patient with yellow
nail syndrome associated with homolateral
xanthogranulomatous pyelonephritis. Neph-
rectomy resulted in resolution of the clinical
picture. We conclude that an extramediastinal
aetiology should at times be considered both
for the yellow nail syndrome and exudative
pleural effusion of unknown aetiology.
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